In the years 1968 to 1983, 134 patients over the age of 10 years with Hirschsprung's disease or idiopathic megacolon were investigated and treated as inpatients at St Mark's Hospital. Of the 51 patients with Hirschsprung's disease, the 29 diagnosed and treated for the first time after the age of 10 years are reported here; the remainder (22) had Hirschsprung's disease diagnosed previously, usually in early childhood. Megacolon of the non-Hirschsprung's type, defined by histological and physiological studies, was seen in 65 patients; patients with an apparent cause for the megacolon, such as previously treated anal atresia, were excluded as were 16 patients with incomplete diagnostic data.
Follow up information was obtained in 82% of the patients, either from notes made at outpatient and inpatient consultations or from a postal questionnaire where necessary.
Methods
The diagnosis of megacolon was made by barium enema. The distinction between Hirschsprung's disease and the non-Hirschsprung's type was made by a combination of histological examination of Addrcss for corrcspondenicc: P'rotessor J F I Lennard-JoIIs. St Mark's Hospital. City Road. London E'CV2I11S Rcccived for publicattoni 27 Auguist 1985. biopsies or operation specimens and the presence or absence of the rectosphincteric reflex.
BARIUM ENEMA EXAMINATION (a) Hirschsprung's disease (29) A previous study7 based on radiographs from 20 patients in this series compared with a control group has shown that megacolon can be defined by measurements of bowel width and that such a definition corresponds well with the opinion of radiologists. Where possible a definition of megacolon as exceeding 6 5 cm in width at the rectosigmoid junction has been taken but in many cases the radiological opinion had to be accepted as films were no longer available.
All 29 patients had x-rays performed or reviewed at St Mark's Hospital. The barium enema was suggestive of Hirschsprung's disease in 22, reported as megacolon without an obvious short-segment in six and was reported as being normal in one. The upper limit of the distal narrowed segment was in the rectosigmoid in 20 ( Fig. 1 ) and in the descending colon in two.
(b) Non-Hirschsprung's megacolon (65) All 65 patients had a barium enema examination. Megarectum was reported in 31, megarectum and megasigmoid in 10 ( Fig. 2) , and in 24 the upper limit of the widened bowel was not reported. 534 (b) Idiopathic megacolon onset in childhood Severe constipation was the major symptom in 34 of 35 patients in this group, one patient reported diarrhoea (possibly overflow soiling associated with rectal impaction). Faecal soiling had been troublesome in 28, 34 had symptoms of abdominal swelling and 19 reported abdominal pain or discomfort. An abdominal mass was palpable in 33 and 34 had rectal impaction at the first visit (Fig. 6 ). The onset of symptoms was related to a non-specific, possibly viral illness in two, an anal fissure in one and the use of antidiarrhoeal drugs in one. Six patients were thought to be socially or psychologically disturbed and two were mentally retarded, but in the remainder no precipitating event or underlying cause was recorded. (ii) Resection and coloanal anastomosis Of eight patients in this group, seven were followed regularly (or responded to the questionnaire) over a mean of 2-8 years (range 1-7 years) with a mean of four visits. Seven reported regular bowel function, two with mild faecal soiling, while one remained constipated and took laxatives.
(iii) Internal sphincterotomy The single patient treated with internal sphincterotomy remained well but still required osmotic laxatives and bulk forming agents three years after operation to maintain regular bowel actions.
IDIOPATHIC MEGACOLON ONSET IN CHILDHOOD
In this group of 35, 33 were followed for a mean of three years (range 1 to 15 years) with a mean of six visits.
(i) Medical treatment Of the 26 patients treated medically, usually with osmotic laxatives and often with suppositories or enemas, 18 had a successful outcome with regular bowel actions and no soiling as long as they continued medication. A further five remained well while taking laxatives but when treatment was stopped developed recurrent constipation and impaction, and then often needed admission to hospital. Three patients had a poor result being unable to tolerate or adjust the dose of laxatives because of low intelligence, poor compliance, or side effects.
(ii) Surgical treatment Nine cases were treated surgically, because of failure of medical treatment. Of four treated by colectomy and caecorectal anastomosis, two improved, one remained constipated and one did not respond to the questionnaire. One patient had a Soave coloanal anastomosis with poor results and required a colostomy. Of three who had a Duhamel procedure, two had regular bowel actions, (one with minor faecal soiling) and one did not respond to the questionnaire.
Five of nine surgical specimens showed a thick, hypertrophic bowel wall, one was thinned and three were reported as being of normal thickness.
IDIOPATHIC MEGACOLON ONSET IN ADULT LIFE
This group comprised 30 patients, 27 of whom were followed up for a mean of five years (range one-13 years) with a mean of six visits.
(i) Medical treatment Eight received medical treatment alone, with laxatives, enemas and suppositories and four did well with regular bowel motions. One patient had a poor result with persistent symptoms and three did not respond to the questionnaire.
(ii) Surgical treatment Surgical treatment was undertaken for 22 patients after failure of medical treatment. Of 10 treated by colectomy and caecorectal anastomosis, results were good in seven, with regular, often frequent bowel actions, without soiling, but three had persistent constipation and pain. Of six treated by colectomy and ileorectal anastomosis, four were improved with regular bowel actions, one remained constipated requiring laxatives and one did not reply to the questionnaire. Two patients were found to have developed megaileum after ileorectal anastomosis. Four patients had a partial colectomy with a good result in two and poor result in the other two because of persistent constipation. Five patients developed early or late adhesive obstruction after resection.
Examination of the surgical specimen revealed a thinned colonic wall in 12 and in six of these, examination by Smith's technique of silver staining, showed a disorder of the myenteric plexus. The remaining 10 specimens appeared normal on conventional histological examination but were not examined with Smith's technique.
Discussion
Hirschsprung's disease is diagnosed less often in adult life than idiopathic megacolon.8 The 29 patients with Hirschsprung's disease described in this paper were all diagnosed for the first time in adolescence or adult life. Although there are many papers describing Hirschsprung's disease presenting in childhood, there are few series of patients diagnosed after the age of 10 years, though first diagnosis in later years is well recognised.>'3 Although most patients gave a history of severe constipation, often needing repeated enemas since birth, in two patients symptoms were first noted in adolescence, and in one at the age of 40. In childhood there is a marked male predominance but in this series almost one third of the patients were female.
The term idiopathic (non-Hirschsprung's) megacolon has been used in this paper to describe a condition in which the diameter of the rectum and/or colon demonstrated by barium enema is increased'4 but there is no evidence of an aganglionic segment. Measurements of radiographs from 20 of the 65 patients included in this paper for whom x-rays were available have shown that in every case the diameter of the distal bowel fell outside the normal range7 confirming the radiologist's opinion. The radiographs of the remaining 45 patients have been regarded by the radiologists as characteristic of megacolon but were not available for measurement.
The clinical analysis of the 65 patients with idiopathic megacolon suggests that two subgroups can be distinguished, one a group of patients whose symptoms began in childhood and the other group those who developed symptoms after the age of 10 years, often as adults. Among the former, faecal soiling with rectal impaction of stool was almost universal, but among the latter it was rare. A further important difference was that medical treatment was successful in the majority of patients with early onset of symptoms, whereas it was unsuccessful in the majority of those with onset in later life for whom surgical treatment was often needed. The limited anatomical data in six of the latter patients whose colonic myenteric plexus was studied by the silver staining technique15 16 showed an abnormality in every case. It is tempting to regard those with onset in childhood as the small proportion of children with rectal inertia17 18 The treatment of Hirschsprung's disease is surgical. It is noteworthy that only one of 29 patients was treated by extended internal sphincterotomy, though this operation has been recommended especially for children with short segment disease. 23 Successful results were obtained both with the Duhamel procedure and with resection as a Soave sleeve coloanal anastomosis, though the former is preferred. 10 24
Idiopathic megacolon may respond to either medical or surgical treatment. The majority of patients with onset of symptoms in childhood were managed successfully with medical measures. It must be emphasised that such patients tended to redevelop rectal impaction if laxatives were stopped and thus such patients must be advised to continue laxatives indefinitely. Unfortunately some patients are advised to stop treatment by their doctors who do not understand the nature of their problem. If rectal impaction reoccurs it can be difficult for the patient to empty the rectum even with enemas or washouts and manual removal of faeces from the rectum may be needed. In this group of patients with childhood onset, it is those patients who cannot comply with long term medical treatment who tend to need surgical treatment.
Patients who develop megacolon in adult life do not always suffer from constipation. Some complain mainly of abdominal pain and swelling with an irregular bowel habit, and sometimes episodes of diarrhoea. Among those who develop symptoms associated with a megacolon in adult life medical treatment is often unsatisfactory. The patients are greatly troubled by abdominal pain and distension, and laxatives for the treatment of constipation may be ineffective or produce uncontrollable diarrhoea. The majority of such patients in this series were offered surgical treatment for this reason. The results were variable but about two-thirds were helped by colectomy and ileorectal or caecorectal anastomosis.
The distinction between idiopathic megacolon of early and later onset suggested here on clinical grounds needs further investigation by physiological and anatomical methods. In particular, information is needed about the thickness of the muscle wall25 and the integrity of the myenteric plexus in patients who develop symptoms for the first time at different ages.
